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Background: A subset of patients undergoing fetal aortic valvuloplasty (FAV) for severe aortic stenosis (AS) with evolving hypoplastic left heart 
syndrome (HLHS) survive postnatally with a biventricular (BV) circulation. However, cardiac outcomes and somatic growth in this cohort have not 
been described. We report the current clinical and echocardiographic status of this unique population.
Methods: We included all patients who underwent technically successful FAV for evolving HLHS from March 2000 to May 2009 and achieved a BV 
circulation. Postnatal procedural, echocardiographic (left ventricle (LV) size and function), and anthropometric data were reviewed.
Results: Among 74 fetuses treated with FAV for evolving HLHS, 23 achieved a BV circulation. Of these patients, 19 had a functionally BV circulation 
from birth; the remaining 4 were converted to a BV circulation at a median age of 2.3 years after initial univentricular palliation with a modified 
Stage 1 and bidirectional Glenn with endocardial fibroelastosis resection. During a median postnatal follow-up of 2.7 yrs (0.1-7.2 yrs), 1 patient 
died in a motor vehicle accident; all others were alive. All patients had at least 1 postnatal surgery or interventional catheterization. Sixteen patients 
(70%) had surgery: coarctation repair in 4, Ross procedure in 6 (median 0.8 yrs; 0.04-1.9 yrs), and mitral valve replacement in 3 (median 1.4 yrs; 
1-3.2 yrs). Twenty-one patients (91%) had at least 1 catheterization procedure: balloon dilation for AS (19) or mitral stenosis (4), or atrial septal 
dilation and/or stenting (9). On the most recent echocardiogram, the median LV diastolic volume z-score was +1.6 (-1.8 to +7.5) and the median 
ejection fraction was 60% (41-74%). The median weight percentile was 11 (≤1 to 70). Eight patients (35%) had a gastrostomy tube placed.
Conclusion: FAV may result in a BV circulation postnatally, but the burden of cardiac disease remains substantial in this population. While LV size 
and function in this cohort are encouraging, longer follow-up and comparison to patients with HLHS are needed to ascertain the relative benefits 
and shortcomings of post-FAV BV physiology.
